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he r o l e p l a y e d by NADH and/or NAOPH i n g e n e r a t i o n o f superoxyde n i o n i n normal g r a n u
l o c y t e s remains a c o n t r o v e r s y . W e s t u d i e d ~y r i d i n o d e p e n d e n t 0 2 -p r o d u c t i o n and NADH/NAOPH consumption i n , u b c e l l u l a r f r a c t i o n s f r o m r e s t i n g and p h a p o c y t i z i n~ human p o l y~o r p h s . 0 2 -p r o d u c t i o n was 1 . 5 t o 2 f o l d h i g h e r i n f r a c t i o n s from ha;ocytizine c e l l s w i t h b o t h c o f a c t o r s . I t was 10 f o l d h i g h e r r i t h NADH
t h a n w i t h NADPH. NADH was a l s o more consumed by t h e ytem. E f f e c t s of s e v e r a l agents such as Cut+. En++. superoxyde ismutase. r n a n i t o l . h i s t i j i n e and d i Q t h y l d i t h i o c a r b a n a t e w i l l e d i s c u s s e d . W e s t u d i e d more a c c u r a t e l y t h e s i g n i f i c a n c e o f ADH requirement f o r 0 2 -g e n e r a t i o n . I n e n t i r e polymorphs, o t e n c r e and a n t i m y c i n e A had a s t r o n g i n h i b i t o r y e f f e c t on t h e uperoxyde f o r m a t i o n i n r e s t i n g a s w e l l as i n p h a g o c y t i z i n g e l l s . I n s u b c e l l u l a r f r a c t i o n s . a n t i m y c i n p a r t i a ' l y i n h i b i t e d he NADH dependent 0 2 -p r o d u c t i o n w h i l e r o t e ? c n e had no e f f e c t .
hese d a t a suggest : 11 t h a t t h e pyridinodependent 02-forming ystem c o u l d i n v o l v e m u l t i p l e m e t a b o l i c pathways, 21 t h a t t h e ADH dcpendent 0 2 -p r o d u c t i o n can be p a r t l y a t t r i b u t e d t o an l e c t r o n -t r a n s p o r t system such as d e s c r i b e d by B o v e r i s and anedas.
THYhIIC HUB:ORAL FACTOR (THF) THERAPY 44 IN A PATIELT / I T H E I GZORGE SE:DROXE F . E~S O ? , G .~a n a l : 0 . y e~i n : ~.~. B e r k e l , ~.~a p l a r~ H a c e t t e p e U n i v e r s i t y , I n s t . o f C h i l d H e a l t h , E a c e t t e p e C h i l d r e n ' s E o s p i t a l , A n k a r a , T u r k e y .
A t o t a l o f 55 d o s e s o f THF (1.5 mg/kg/day) was g i v e n t o a 5.5 ffionth o l d male w i t h D i G e o r g e Svndrome.Skin t e s t s ( f o r a n d C a n d i d a ) i t e r e n e g a t i v e ,E r o s e t t e s w e r e l o w ( 2 4 $ ) , b l a s t o g e n i c transformation r e s p o n s e t o PYA a n d a l l o g e n e i c l y m p h o c y t e s w e r e lovi p r i o r t o t h e r a p y . He h a d a l o w l e v e l o f c i r c u l a t i n g t h y m i c f a c t o r (5.0 pmoles/107 c e l l s ) a n d a m a r g i n a l s t i n u l a t i o n o f t a r g e t c e l l s . E r o s e t t e s shonved a 59 p e r c e n t i n c r e a s e a f t e r i n c u b a t i o n ( i n v i t r o ) w i t h THF. No s i d e e f f e c t s o f THF was o b s e r v e d . D e s p i t e a c l i n i c a l w e l l b e i n g a n d w e i g h t g a i n , e p i s o d e s o f g a s t r o e n t e r i t i s a n d o t i t i s c o n t i n u e d . A f t e r THF t r e a t~e n t ( a t a g e o f 1 0 m o n t h s ) p e r c e n t a g e o f E r o s e t t e s (56%) a n d i n v i t r o l y m p h o c y t e r e s p o n s e t o PHA mere i n c r e a s e d ; s k i n t e s t f o r PHA became p o s it i v e . B u t no improvement i n i n v i t r o r e s p o n s e t o c a n d i d a a n d a l l o g e n e i c l y m p h o c y t e s was o b s e r v e d . The specific immunological capacities in 32 children, suffering from aplastic anemia were investigated a t the time of diagnosis. The mean number of bloodlymphocytes was low i . e . 1.9 x 1 0 9 / l ; several patients had a lymphocytopenia. I n 16 patients lymphocyte subpopulations in the peripheral blood were investigated: the absolute numbers of T c e l l s were within the normal range; the absolute numbers of B c e l l s were low. The serumimmunoglobulin levels f o r the different I g classes were within the normal range. The in vi t r o response of bloodlynphocytes following stimulation with PHA and ALS, and following stimulation with allogeneic c e l l s was normal. I n contrast, the response of bloodlvmphocvtes to PWM and Con-A was sianificantlv in 4 . 0 5 ) dedieased; as was the stimulatory capaci t y~i n & e '~~~, i n ' c o m~a r ison with normal controls. I n 13 children treated f o r t h e i r severe aplastic anemia with bone marrow transplantation these in v i t r o lymphocyte responses to mitogens were significantly ( a <0.05)'decreased in comparison with the data from t h e i r MLC identical bone marrow donors. A positive correlation between these findings and the absolute numbers of monocytes in the blood and in the in v i t r o cultures was found. An indication was present f o r a possible relationship between some of the imunological findings and the course of children with a p l a s t i c anemia, e i t h e r on medical treatment o r a f t e r bone marrow trans~l a n t a t i o n . h a t in m i c e a n i n v i t r o t r e a t n l c n t o f i n c o i n p a t i b l e o n n r c e l l s w i t h T -c e l l s p e c i f i c a n t i b o d i e s h c f o r c m~~s p l . a n t a t i o :~ c o u l d s u p r e s s a n o t h e n r i s c l e t h a l GvIIc a c t i o n e o~~~p l c t c l y .
T!le G v l I -r e a c t i v e T -1 1 -t n p l~o c y t c s e r c r e r : T I i c p r e s e n t r e p o r t w i l l s u n n : l n r i z c t i l e a p p l i c a t i o n f t h i s principle t o c l i n i c a l b o n c : n a r r o \ r t r a n s p l a n - The blood l e v e l of u r i c a c i d i s i n many s t u d i e s shown t o b e e l e v a t e d i n p a t i e n t s w i t h 3own's s j n d r n m e .
Lack of a d e n o s i n e d e a n i n a s e ( A 3 A , 3.2. 3.5.4.4 I n r e d c e l l s and l y n 7 h o c y t e s i s a r e g u l a r ; i n d i n & i n a 'orn o' c o n g e n i t s 1 c n n b i n e d i~~u n o d e f i c i e n c y . Lnwered r e s i s t a n c e t o i n f e c t i o n s i s a l s o a c h a r a c t e r i s t i c o f Down's syndrome.
T e s t s r n e 3 s u r i n~ c e l l -m e d i a t e d a n ? h u m o r a l i n n u n e r e s p o n s e h a v e shown a b n o -m a l i t l e s .
'tie h a v e s t u d i e d ADA a c t i v i t y of e r y t h r o c y t e s i n 23 c a s e s of Down's s y n d r o a e and i n .i? a i e -a n d s e x g a c h e d c o n t r o l s . A3A a c t i v i t y was a~s a y e d k i n e t i c a l l y ky a c n u 2 l e d e n z y m a t i c s y s t e m , i n which a d c n n s i n e i c c o n v e r t e d i n f o i n o s i n e w i t h u r i c a~i d a s t h e f i n a l ? r o d u c t .
The mean a c t i v i t y nf bDh i n Down's syndrnme wac 1803*;53 mU/gHb (37°C) and 1 3 6 1 i r 9 4 i n t h e c o n t r n l s .
The d i f f e r e n c e i s h i g h l y s i c n i f i c a n t ( p < 0 . 0 0 1 ) .
The s t u d y i n d i c a t e s a b n o r m a l m e t a S n l i s n of p u r i n e s i n 3 o \ i n 1 s syndrome. F u r t h e r c h a r a c t e r i z a t i o r n!' t h i s a k n n r n a l i t y i s in p r o g r e s s .
